Prion merupalan suatu partikel infeksius yang menyebabkan beberapa penyakit neurodegeneratif, seperti penyakit CreutqfeldtJakob, penyakit kuru, sindrom Gerstmann-Striiussler-Scheinker dan insomnia familial fatal pada 
During the past two decades, a transmissible pathogen causing a group of human and animal neurodegenerative diseases has been found. This infectious agent is different from both viroids and viruses. Some investigators had indicated that this agent could not be inactivated by procedures modifying or hydrolyzing Department of Biochemistry, Faculty of Medicine University of Indonesia, Jakarta, Indonesia nucleic acid, such as nuclease digestion, or UV inadiation.l'2 Other evidence shows that the agent contains a protein that is required for infectivity, and its infectivity is lost upon inactivation by proteinase K, detergent (sodium dodecylsulqhate), guanidinium thiocyanate, or urea (Table l) .' On the basis of these evidence, the term "prion" was introduced to distinguish this infectious pathogen from those responsible for viral illness (Fig. 3) The pathogenesis of ct*PrP-associated neurodegenerative disease includes at least three distinct steps (Fig.4) 
